Rhabdomyosarcoma is the commonest soft tissue sarcoma in both children and adolescents representing 40% of such tumours in North America and more than 50% in Africa. The involvement of the paratesticular tissue, testis and the kidney are generally rare and more so when it is occurring synchronously. We present a case of 22 year old male with inguinoscrotal swelling, fever and abdominal distention who was diagnosed as having obstructed left inguinoscrotal hernia and a right renal mass. The patient had surgery, and a diagnosis of synchronous rhabdomyosarcoma of the left testis, paratesticular tissue and right kidney was made by histology and immunohistochemistry.
Introduction
Rhabdomyosarcoma (RMS) is the commonest soft tissue sarcoma in both children and adolescents representing 40% of such tumours in North America and more than 50% in Africa. [1] [2] [3] [4] [5] Most reviews document a male preponderance and a bimodal peak age pattern in the first and 5th decades of life 3, 4, 7, 8, 6 .
RMS could affect almost all the organs of the body because of its embryological origin. The following main histological types have been recognised; embryonal, alveolar and pleomorphic. The involvement of the paratesticular connective tissue has been reported but kidney involvement is very rare.
Diagnosis is made by histology and some cases supported by immunohistochemistry and electron microscopy.
We present this rare case of a young adult male with synchronous rhabdomyosarcoma of the left testis and right kidney which was thought to be an obstructed inguinoscrotal hernia.
Case report
This is a case of a 22 year old male who presented with 3 week history of left inguinoscrotal swelling which suddenly became painful 2 days before presentation, fever, vomiting and abdominal distension with associated urinary symptoms. Examination revealed an acutely ill-looking young male, febrile (temperature 37.8°C), moderately pale, anicteric and no significant peripheral lymphadenopathy. The abdomen was uniformly distended, tender and dull to percussion with hypoactive bowel sounds. The inguinoscrotal swelling was irreducible and a left testicular mass was palpated. Urgent abdominopelvic ultrasound showed massive ascites and a mass at the right lumbar area. An impression of obstructed inguinoscrotal hernia with peritonitis and associated renal mass was made. Patient was prepared for emergency laparotomy and herniorrhaphy. He subsequently had right nephrectomy and left orchidectomy as both the right kidney and the left testis were found to be tumorous. Grossly, we received a renal mass measuring 16 cm · 10 cm · 4 cm and weighing 230 g; testicular mass measuring 10 cm · 6 cm · 4 cm and weighing 55 g. Cut sections of both showed grey-white fleshy appearance with focal areas of haemorrhage and necrosis. Microscopically, the testis and kidney tissues had features suggestive of rhabdomyosarcoma with a differential of sarcomatous renal cell carcinoma. The slides were reviewed by 5 pathologists and rhabdomyosarcoma was favoured. The tissues were subjected to the following immunohistochemical stains: actin, desmin, S100, pancytokeratin, OCT3/4 and AFP. Actin and desmin were strongly positive while the others were negative. The actin and desmin positivity confirms the diagnosis of RMS ( Figs. 1 and 2) . During the post operative period, there was wound infection which was adequately treated with antibiotics and daily dressing. He was discharged 14th day after surgery and counselled on further treatment. Patient did not come back for follow up and attempt at reaching him was unsuccessful.
Discussion
Rhabdomyosarcoma (RMS) is the most common soft tissue sarcoma in both children and adolescents representing 40% of such tumours in North America and more than 50% in Africa. 1, 2, 4, 5 Most reviews document a male preponderance and a bimodal peak age pattern. 3, 4, [6] [7] [8] Although more than half of the cases occur within the first decade of life, the second smaller frequency peak is seen mainly in males. [1] [2] [3] 6 RMS can occur in any part of the body due to its embryonal mesenchymal origin and mimics the characteristics of striated muscles. 1, 9 Histologically, the embryonal and alveolar subtypes are the commonest. 1, 3, 6 Head and neck and genitourinary regions were most frequently affected in most series. 3, 4, 10 Involvement of the extremities is however a phenomenon associated with alveolar RMS. 1,10 About 6-7% of RMS arise in the paratesticular region arising from the mesenchymal tissues of the envelope of the testis, epididymis and spermatic cord. 2, 7, 11 It usually presents as a hard painless scrotal, inguinal or inguinoscrotal mass. 7 Metastasis to the retroperitoneal lymph nodes is more likely in those older than 10 years, occurring in as much as 26-40% of patients. 2 Primary renal RMS is a very rarely reported condition in adults and true renal sarcomas are uncommon in any age group. 13, 14 Patients within the first two decades of life with renal RMS enrolled in the Intergroup Rhabdomyosarcoma Study Group accounted for less than 0.2% out of a total of 5746 patients. 12 All these patients reported with renal masses. One must however ensure, from gross examination of the surgical specimen, that there was no spread from the adjacent retroperitoneal structures. 12 Radiological evaluation of choice is computerised tomography. 2 Ultrasonography is sufficient for purely scrotal lesions. 7 Magnetic Resonance Imaging is also an excellent option for soft tissue evaluation. 7 Our patient was evaluated with ultrasonography as he could not afford CT or MRI for financial and logistic considerations.
Treatment of RMS consists of complete surgical excision and adjuvant chemotherapy with or without radiotherapy and is dependent on the stage and group of the tumour. 2, 7, 13 Excision was incomplete as the margins were positive for tumour. Surprisingly no lymph node was submitted for pathology analysis and none was found clinically.
Staging of RMS is not very straight forward as it involves assigning the patient to a stage, a local tumour group and a risk group. Stage assignment is dependent on tumour site, tumour size, state of regional lymph nodes and distant metastases. Tumour group assignment warrants evaluation of the post surgical resection status with pathological determination of margins and lymph node status. Assigning a risk group takes into consideration the stage, the tumour group and the histology. 15, 16 Radical inguinal orchidectomy with high resection of the spermatic cord and radical nephrectomy are the surgical options for paratesticular and renal RMS respectively. 2, 7, 13 Retroperitoneal lymph node dissection is included when there is clinical or radiological evidence of lymphatic spread in the former. 2 Traditional chemotherapeutic agents are vincristine, actinomycin-D and cyclophosphamide. Radiation therapy is reserved for high risk group categories. 2, 11 Unfortunately, we could not re-operate for lymph dissection or give chemotherapy as our patient was lost to follow up most probably due to financial challenges. The alveolar subtype has been shown to have 2 genetic reciprocal translocations PAX3-FOXO1 and PAX7-FOXO1 which is more common in older patients (as in our case) and confers poor prognosis due to high rate of recurrence. We could not do genetic studies in our patient. 17 There is a possibility of the renal tumour being metastatic to the testis from retroperitoneal lymphatics retrograde flow as synchronous primary is very rare but the absence of lymph node in the specimens submitted made it unlikely in this case.
Prognosis is dictated by age, tumour site and size, histology, lymph node status and presence or absence of distant metastases. 1, 2 We considered our patient as a high risk group because of synchronous involvement of left testis and right kidney coupled with his inability to afford health care costs. A survival trend has remained the same in the past decade especially for those considered as high risk group patients. 1 
